By FRANK KIDD, F.R.C.S. F. S., AGED 7. Sent up by Dr. Aldridge, of Sheerness, to the London Hospital.
History: At the age of 3 the boy fell and broke his right femur, and was admitted to Chatham Hospital, where he remained seven and a half months. A large swelling developed at the site of the fracture, and a diagnosis of sarcoma was made, but the father refused operation, and took the boy to see Mr. Battle at St. Thomas's Hospital. The lower half of both legs became gradually bent into their present position. Two years ago the right forearm was broken by a fall. Two months ago the left upper arm was broken and set. When the splints were removed the present swelling was noted. Bottle-fed baby-Robinson's Patent Barley.
Family history: Four children in the family; two are healthy. One other boy had a leg amputated for a similar condition, and has had several fractures.
Physical examination: General condition excellent; nothing abnormal shown by the temperature chart. Urine acid-1020-no albumin, albumose, or sugar. Bones of skull and face, teeth, clavicles (?), ribs, sternum, and vertebree appear to be healthy. Fontanelles closed. No rickety rosary. Shape of chest normal. Left humerus-Fusiform swelling at lower end of bone, of bony hardness. No pulsation or crackling to be felt in the swelling, which expands the bone equally all round. The fracture has united. Maximum circumference of swelling, 91 in. The skiagram shows a fracture in the middle of the shaft and a mass of irregularly trabeculated new bone, between the fractured ends, under the periosteum of the shaft and in the flexor muscles in front, but a large part of the swelling throws no bony shadow, though it feels of bony hardness. The extreme lower end of the humerus shows an area of central resorption of bone extending an inch up the shaft. Left forearm-There is a bend in the middle of the radius and ulna. The skiagram seems to indicate an old fracture at this level. The radius and ulna throw very faint shadows on the plate, evidence of deficient ossification. Right forearm-Both bones are bent backwards, the radius about its middle, the ulna nearer its lower end. The skiagram suggests that a fracture has occurred at these levels, with deposit of periosteal callus. Right femur-There is a fusiform swelling extending the whole length of the bone, which is of bony consistency, and does not pulsate. Maximum circumference, 1 in. The skiagram shows that the whole shaft of the bone has been expanded, and the trabeculse have been rearranged as a wide-meshed cancellous tissue, as though the bone were filled with numerous cysts. Right Femur-The skiagram shows that .the shaft is bent outwards, and that at the lower end of the bone there is -resorption of bony tissue with rearrangement of the trabeculae as a wide-meshed, irregular network. This change is also to be seen in the lower epiphysis. The epiphysial line appears to be normal. In the upper end of the bone the normal lamellar arrangement is well shown. The appeara'nce of the legs below the knees can be seen in the skiagrams. The tarsal bones show a cyst-like arrangenent of the trabeculae similar to that seen in the right femur, and to a less extent in small patches in the following positions: the lower epiphysis of the right fibula, the upper end of the left tibia, the upper end of the right radius, the lower end of the left femur, parts of the pelvic bones, the glenoid portion of the left scapula, the upper ends of each humerus and the bones around the left elbow-joint.
Course: The swellings have not altered in size during the three weeks the child has been under observation. The Wassermann reaction was negative. There was no evidence of congenital syphilis. There was no trace of albumoses in the urine.
The following statement of his family history has been written by an elder brother of the patient. This elder brother (W. S.) had his leg amputated for a condition similar to that from which the younger brother (F. S.) now suffers:
"I am writing out the history of our family as far as I can. The first that I can remember is my mother's father, who has broken his right leg twice and the left leg once. He has also broken his arms twice, but it happened when he was young. The last time he broke his leg was about nine years ago; as far as we know it set right, but it has left him a little lame. He has not had anything happen to him since. My mother's brother has broken his legs about four times and his arms about twice each. His arms turned out all right and also his legs until five years ago, when swellings began to come in them. He was taken to Chatham Hospital and was treated as an out-patient; they told him it was caused through weak constitution. The last time he broke his leg was four years ago. He was then taken to Minster Infirmary (Isle of Sheppey). Since he has been there swellings have set in in his legs, and he is still lying there. The rest of mother's family are all right and also my father's family. My mother broke her arm when she was about 8 years old, but that turned out all right. When she was 12 years old she fell and hurt her leg, and swelling set in in it; she could not walk upon it for about six months. When she began to walk the swelling began to go down, and it went on all right until about eight years ago, when the swelling set in again. She went to a doctor, who ordered her to hospital at once. She went to Chatham Hospital and they said it was cancer; they also said they could do nothing for her, only remove the leg to save her life. Mother consented and it was removed. She has never felt any effects of it since. Now when I was 3 years old I fell and broke my leg and a doctor in Sheerness put it in plaster of Paris. It became so swollen that the doctor removed the plaster and ordered me to hospital. My parents took me to Chatham Hospital, and they said I should have to have my leg off. My parents would not consent to that, so they took me to St. Thomas's Hospital to see whether they could do anything to cure me, but they said they could do nothing, only remove my leg, so my parents consented. I have broken my right arm four times and my left arm three times, but they have turned out successful. Five years ago I fell and hurt my other leg. My father took me to Chatham Hospital. They said they could do nothing, only remove it; my parents would not consent to this. After I came home I could not get about for two years, then I started to get on my crutches and have been walking on them ever since. My little brother Freddie has broken his arms six times; they have turned out all right except this last one. Four years ago he fell and broke his thigh. He was taken to Chatham Hospital, but they could do nothing, only remove it; my parents would not consent. They then took him to St. Thomas's Hospital. Dr. Battle did not say anything about the leg coming off; he said he was in hopes he would grow out of it. He has never walked on it since. That is all I can remember."
DISCUSSION.
Dr. H. D. ROLLESTON said that osteogenesis and mollities ossium might bring about similar changes, namely, bending and fracture of the bones, but that the causal processes were different. Osteogenesis imperfecta was a congenital condition, and the fractures present -at birth might be so numerous that prolonged existence was impossible. Mollities ossium was an acquired condition probably due to many factors, among which he wished to emphasize attenuated infections or the results of infections acting locally on the bones, though he could not quote any proof of bacterial infection of bone in mollities ossium.
Recently Poncet and Leriche' had described mollities ossium of tuberculous origin. Osteogenesis imperfecta was difficult to separate from infantile mollities ossium, and some authorities considered that they were the same. He believed that mollities ossium occurred in children, an'd that in it the bones became first extremely soft and bent, and that fracture was secondary; whereas in osteogenesis imperfecta, in which the bones were extremely friable, fractures occurred first and deformities secondarily. But he admitted that some cases described as osteogenesis imperfecta showed both fractures and bending of the bones.
In Mr. Kidd's remarkable case the skiagram of the femur recalled the condition described by Mr. B. Pitts and Mr. Shattock' as non-calcifying plastic osteitis, and certainly suggested the hyperostosis in children which though usually most marked in the skull occurred elsewhere. This hyperostosis was a somewhat localized form of osteitis deformans.
Mr. R. C. ELMSLIE remarked tbat Dr. Rolleston's case differed in several important pQints from the others, and corresponded more nearly with true puerperal osteomalacia. He recollected seeing two cases in the practice of other surgeons, of mollities ossium exactly imitating puerperal osteomalacia, occurring in girls, and starting at 9 or 10 years of age. One case he had under observation from time to time, and the condition was similar to that of the woman shown by Dr. Rolleston that evening, except that practically the whole stress of the disease fell on the spine, the pelvis, and the femora, and very little on the arms and distal parts of the extremities. In Dr. Rolleston's case the distal parts were also less affected. In the case of the boys shown the pelvis did not appear deformed, and neither case had a lateral curve. So there were the two classes, osteogenesis imperfecta, and mollities ossium in young girls; he did not know of mollities ossium of that type occurring in a young boy. One case of mollities ossium which he saw at the Orthopaedic Hospital was interesting in that it started in a girl aged 10 or 12, and when he saw the patient she was aged 46, and she was walking. Her bones were undergoing spontaneous consolidation; the condition was being cured at the menopause. That seemed to him to correspond more closely with puerperal osteomalacia, and she was extraordinarily like Dr. Rolleston's patient. With regard to the boy shown, he thought he had still another condition, which Dr. Rolleston referred to as the disease described by Mr. Shattock under the name of " noncalcifying plastic osteitis"; and he seemed also to have the condition called " osteogenesis imperfecta." He had seen two cases of the former condition himself, and also the bones from a patient who suffered from it, which were shown there by Mr. Lawford Knaggs. In thesecases there was the same enlargement of a particular locality of bone, following injury, and in each case there was loss of the true structure of the bone and its replacement by open cancellous tissue. In one case, under Mr. Robert Jones, a wedge was taken out of the tibia at the affected part, and he (Mr. Elmslie) found a chronic inflammatory process, in which there was replacement of much of the bone by fibrous tissue, but there were still left little spicules and lamellhe of bone which were undergoing rapid absorption and showed large collections of osteoclasts. He thought the boy had that condition in his femora in addition to osteogenesis imperfecta, so resembling the child just shown. There was much literature on the subject of fibrous osteitis, starting with cases published by von Recklinghausen under the name of " osteitis deformans," but probably von Recklinghausen was imperfectly acquainted with Paget's description of the latter condition. He thought there had been cases of fibrous osteitis described in which there was a family incidence of the disease. A. W., AGED 28, has been icteric for twenty-three years. Urobilin is present in the urine, but no bile; the spleen especially and the liver are enlarged. He is liable to recurrent attacks of increased icterus, but of late years the attacks are less frequent. He has two ulcers, one on the outer malleolus of the right foot and one on the inner aspect of the left one; they began fifteen years ago. The ulcers heal when the patient rests in bed, but break down again on resuming ordinary life. The skin in the neighbourhood is discoloured reddish-purple. There is slight enlargement of the veins of the neighbourhood, but no varicosity.
[This case was shown before the Clinical Society in 1902; the icterus was in existence then.1 (II) ICTERIC ULCERS OF THE LEGS IN PERNICIOUS ANAEMIA. M. L., aged 42, has had abdominal pain and vomiting for the last two years; during the same period she has been noticed to be yellow. The catamenia had always been irregular, and amenorrhcea has existed for two years. Amongst the past illnesses there are measles and whooping-cough, " inflammation of the lungs" ten years ago, quinsy five years ago. At the ages of 12 and 22 she had attacks of abdominal pain and vomiting similar to the present attack. She is only fairly well nourished and is very weakly. There are systolic murmurs at the apex beat of the heart and at the pulmonary cartilage; the pulse (90 to 100) is regular but of low tension (90 mm.). There is much pyorrhcea
